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Pachydermodactyly — A Case Report and Review of Literature

Elias Saidy’, Joseph Maalouly', Mohammad Darwish', Chawki Cortbawi'

Learning Point of the Article:
Pachydermodactyly is an underestimated entity that is difficult to recognize in clinical practice since it is a diagnosis of exclusion; but a high
index of suspicion must be keptin young males with painless, swollen PIP joints associated with hyperkeratosis.

Abstract

Introduction: Pachydermodactyly is an uncommon or under diagnosed variant of digital fibromatosis. It is a benign disease, described by
symmetric proximal interphalangeal (PIP) involvement, progressive swelling, absence of inflammation or pain, and without limitation of
function. Ithasbeen linked in some cases with psychiatric disorders such as obsessive-compulsive disorder or repetitive mechanical stimulation.
Case Report: We aim to report a case of pachydermodactyly that was diagnosed in a young 17-year-old male patient with painless swelling of the
digits mainly at PIP joints with hyperkeratosis that was treated conservatively.

Conclusion: Pachydermodactyly is an under diagnosed and underestimated entity; the recognition of a case in clinical practice can prove to be
challenging. A high index of suspicion must be keptatall times when no reason for the swelling is found.
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Introduction

Pachydermodactyly is an uncommon or under diagnosed
variant of digital fibromatosis [1]. As a disease, it is benign in
nature, characterized by symmetry, proximal interphalangeal
(PIP) involvement, progressive swelling, absence of
inflammation or pain, and mostimportantly lack of limitation in
function [2,3]. It hasbeen linked in some cases with psychiatric

Initial presentation was 1 year ago for the evaluation of bilateral
symmetrical, progressive, and non-painful swelling of the 2nd,
3rd, and 4th digits (Fig. 1).

The patient first noticed the presence of the painless nodules 3
monthsbefore presentation.

No impairment in the usual activities of daily living or in sports
activitieswasreported.

disorders such as obsessive-compulsive disorder or repetitive . — . .
Physical examination at the time revealed symmetrical, non-

mechanical stimulation [4, 5. Here, in this paper, we aim to tender swelling involving the PIP joint, with no limitation or

report a case of pachydermodactyly that was diagnosed in a tendernesswithactive and passive range of motion.

young male patient with painless swelling of the digits mainly at

PIP joints with hyperkeratosis that was treated conservatively. The patient had already undergone evaluation by serology for

inflammatory and connective tissue diseases that turned out

negative.

Case Report We recommended plain X-rays (Fig. 2) and magnetic resonance

We present the case of a 17-year-old male school student, with imaging (Fig. 3) for further evaluation.

no significant history of medical conditions, who is active in . . .
& y ’ Both studies came out revealing no osseous or soft tissue

several sports activities.
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(a)Righthand

(b)lefthand

Figure 1: (aandb) Clinical picture showing swollen proximal interphalangeal joints.

malignancy; also, no radiological evidence of an inflammatory
processinvolving the synovium, the ligaments, the tendons, and
the subcutaneous tissues was present. No tissues were sent to
the pathology due to the diagnosis being clear.

Discussion

The patient in the case presented in this paper was diagnosed
with pachydermodactyly. The symmetrical, progressive, and
non-painful swelling of the digits with hyperkeratosis is typical
ofthe condition [ 6,7, 8].

The diagnosis was made after ruling out rheumatic, bone, other
skin conditions, endocrine problems such as acromegaly and
thyroid disease, and tumors.

In addition, to ruling out other causes for the case, the clinical
presentation, physical examination, and the paraclinical
assessment by radiology and serology provided enough
evidence to confirm the diagnosis of pachydermodactyly. The
disease is very rare in nature with <150 cases reported in
literature [9]. As for the treatment, since the patient has no
modifiable risk factors that cause mechanical stimulation and
no other modifiable risk factors such as psychiatric illness for
instance [10] or habitual cracking of the fingers, the patient is
scheduled for close follow-up on the wait and see basis, due to
the self-limiting nature of the disease [2].

As stated above, literature has only a handful of papers
concerning this topic, we thought that it will be beneficial to
include a review of this literature to help better characterize and
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(a)Coronal plane MRI of the hand

(b)Axial plane MRI of the hand

Figure 3: (a and b) Magnetic resonance imaging of the hand showing no inflammation processin
the proximalinterphalangealjoints.

(a) Lefthandxray (b)Righthha.:.ldx—ray

Figure 2: (aandb) X-ray showing swollen proximal interphalangeal joints, normaljoint anatomy.

understand this rare pathology.

Pachydermodactyly is a diagnosis of exclusion and is on the
differential diagnosis of rheumatic diseases.

Itis considered a dermatological condition and is thought to be
related to repetitive mechanical stressors.

Characteristic feature is progressive asymptomatic swelling of
PIPjoints, without attenuation in joint function.

Maleshave ahigherincidence of the occurrence.

It is important to correctly diagnose the condition to avoid the
unwanted side effects of biologic medications.

Conclusion

Pachydermodactyly is an under diagnosed and underestimated
entity, the recognition of a case in clinical practice can prove to
be challenging.

Still, alot of work needs to be done to raise the awareness of the
condition among primary health-care providers, which can
help avoid unnecessary immunotherapy and all the associated
complications and risk factors such as treatment entitles [2], on
the basis ofa wrong diagnosis.

Establishing a clear diagnosis and a treatment algorithm, in
order to properly follow and treat these patients will still be
challenging for the time being. This is due to the scarcity of
information in the literature concerning the disease, and a lack
of large studies, meta-analysis and randomized controlled trial,
to help usbetterunderstand and treat the disease confidently.

Clinical Message

Diagnosing pachydermodactyly is challenging. It is an
underestimated entity and the recognition of a case in clinical
practice is difficult since it is a diagnosis of exclusion. A high
index of suspicion should be kept in young males with
painless, swollen PIP joints associated with hyperkeratosis.
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